We report a patient with adult onset Still's disease who was very unusual in that he did not develop a rash.
Case report
Mr KR, a 32-year-old West Indian press operator, first presented in early 1975 at another hospital with a history of sore throat, fever and polyarthritis, affecting proximal and distal interphalangeal joints of both hands. There was no history of urethritis, iritis, colitis or orogenital ulceration. Examination revealed pyrexia, swelling of proximal and distal interphalangeal joints of both hands, and tenosynovitis of the left tibialis anterior tendon. There was no lymphadenopathy, and systemic examination was essentially normal. Full blood count and ESR were normal. RA latex was negative. Details of other investigations were not available.
A diagnosis of seronegative inflammatory polyarthritis was made, and he was started on indomethacin, which was later changed to phenylbutazone. Although his joint symptoms continued he was well enough to resume his occupation in April 1975.
In July 1976 he was referred to St George's Hospital with painful swollen hands, feet and ankles, and weight loss. Again on direct questioning he denied any history of urethritis, iritis, orogenital ulceration, colitis or psoriasis. On examination he was febrile. There was axillary, epitrochlear and cervical lymphadenopathy, and painful swelling of the proximal and distal interphalangeal joints of both hands, and both ankles. Systemic examination was normal.
Investigations showed Hb 11.1 g/dl, WBC 16000/mm3, neutrophilia with shift to the left, and ESR 115 mm in one hour. Liver function tests, serum creatine phosphokinase, calcium, phosphate, alkaline phosphatase, uric acid and antistreptolysin titre were all normal. RA latex and ANA were negative. Complement components C3 and C4 were normal. Plasma protein electrophoresis showed increased alpha-i, alpha-2 and gammaglobulin. Six blood cultures were sterile. Tissue typing was negative for HLA B27. X-ray of his hands showed erosions in the distal interphalangeal joints and cyst forma-tion in some of the phalanges. X-rays of his chest, feet and sacroiliac joints were normal. Midstream urine microscopy showed 20 WBC and 10 RBC/high power field, and scanty Trichomonas vaginalis; culture was, however, negative. Mantoux 1: 10000 and 1: 1000 were negative. Axillary lymph node biopsy revealed polymorph infiltration, but the findings were nonspecific and reactive in nature. He was started on aspirin and D-penicillamine, and was discharged home two weeks following his admission.
However, he was readmitted a week after discharge complaining of sore throat, fever and aching all over. On examination he had a temperature of 39.6°C. He had normal skin and nails, but there were signs of exacerbation of the arthritis in the distal and proximal interphalangeal joints of both hands, both ankles and knees. A pericardial frictional rub was heard and the liver was palpable 2 cm below the costal margin. There were no signs of congestive cardiac failure.
Initial investigations showed Hb 9.5 g/dl, WBC 36000/mm3 and neutrophils 91%. Electrocardiogram showed partial right bundle branch block and changes of pericarditis, but an echocardiogram did not reveal any evidence of pericardial effusion. Two days following admission he developed a left-sided pleural rub, followed 24 hours later by a right-sided pleural rub. He also complained of severe abdominal pain, predominantly in the right iliac fossa. A laparotomy was considered, but not performed because the pain improved.
Chest X-ray showed small bilateral pleural effusions. Liver scan, intravenous pyelogram, barium meal and oral cholecystogram were all normal. Renal biopsy showed normal glomeruli and blood vessels and no evidence of polyarteritis.
At this point, because of persistent pyrexia and neutrophilia, he was taken off D-penicillamine, and further investigations to exclude infection were undertaken. Amoebic complement fixation test, stools for ova and cysts, Mycoplasma pneumoniae and psittacosis complement fixation antibodies, gonococcal complement fixation test, serology for syphilis, alphafetoprotein screen test, Toxoplasma dye test, Brucella agglutination and complement fixation tests and tests for Australia antigen were all negative. Four further blood cultures were also negative.
He was given a week's course of intravenous penicillin as a therapeutic test, but his condition remained unaltered and pyrexia continued. He was also given a 10-day course of intravenous penicillin, gentamicin and cloxacillin, combined with oral metronidazole, but again without improvement.
1984 The Royal Society of Medicine
On 15 September 1976 he had an exploratory laparotomy which revealed filmy adhesions above the right lobe of the liver. Histology from biopsies of liver, kidney, mesenteric and axillary lymph nodes and muscle was unhelpful. He made an uncomplicated postoperative recovery but his general condition remained poor, and after a few days he again deteriorated.
On 21 September 1976 he was started on prednisolone 60mg daily, and within 48 hours had started to improve. He became afebrile, his appetite improved, he gained weight, and his joint pains subsided. He was walking within a week. He was transfused three pints of blood to correct his anaemia, and was discharged home on 10 October 1976, on 80 mg prednisolone on alternate days. At follow up in the outpatient clinic he continued to improve symptomatically, clinically and haematologically. He was started on azathioprine and the dose of steroids was gradually reduced. Azathioprine was stopped in February 1982 and prednisolone in November 1982. At the present time he remains well on naproxen 250 mg three times a day.
Discussion
This patient had a seronegative erosive arthritis affecting the distal interphalangeal jointsa feature of Still's disease and Reiter's syndrome as well as psoriatic arthropathy. In addition there was generalized lymphadenopathy, hepatomegaly, pericarditis, pleurisy, aseptic peritonitis, marked neutrophilia and a high swinging fever. Although no rash could be seen, the other features were characteristic of Still's disease.
In a patient with a pyrexia of unknown origin and marked neutrophilia, the possibility of infection had to be excluded before commencing treatment with corticosteroids. The differential diagnosis then lay between polyarteritis nodosa, Reiter's syndrome and adult onset Still's disease. The multisystem involvement, high fever and very high neutrophil count suggested polyarteritis nodosa, but renal, liver and muscle biopsies failed to confirm this diagnosis. In Reiter's disease, Calin (1981) has described fever, lymphadenopathy and polyserositis. However, apart from a few white blood cells in the urine (which may well have been due to pyrexia per se) there were no other features of urethritis or dysentery in our patient.
Although there was no rash, all the other clinical features with which this patient presented are found in adult Still's disease. The 14 cases described by Bywaters (1971) all had polyarthritis, with variable systemic involvement, and 12 had a high intermittent fever. The classical rash was present in all 14 patients, and this was characterized by small macules, which did not spread as in erythema marginatum, but disappeared during the night and reappeared next day in a different area. Naidoo, in 1981, reported adult onset Still's disease in a black South African woman who had the typical non-pruritic transient rash which could, however, easily be missed.
Our patient has a particularly dark skin, which may have masked the rash, but we feel that a diagnosis of adult onset Still's disease in the absence of a rash can legitimately be made in this case.
